Combined paraneoplastic vision loss (retinopathy and optic neuropathy) has recently been reported in 5 of 16 patients with collapsin response-mediated protein 5 antibodies. 6 Nine of the 16 patients exhibited vitreous cells, and 15 of the 16 had swollen optic discs.
Report of a Case.
A 32-year-old man had diplopia and slowly progressive right proptosis for 2 months. He had a family history of Li-Fraumeni syndrome (LFS), 1 with tumor-related death of 2 first-degree and 1 seconddegree relatives all before age 30 years.
Visual functions were normal (unaided visual acuity 6/5 OU). Mild right optic disc swelling and macular choroidal folds were evident. There was 5-mm right relative proptosis and a right esotropia. Computed tomography revealed a large, well-defined intraconal mass lying lateral to the right optic nerve and extending to the orbital apex (Figure 1) .
Biopsy was performed through a lateral canthotomy; the tumor showed a gelatinous gross appearance during handling (Figure 2A) . Histopathological analysis showed features of a myxoid liposarcoma ( Figure 2B ). There was focal nuclear immunoreactivity with S-100 protein, but other markers including AE1/ AE3, glial fibrillary acidic protein, desmin, and CD34 were negative.
Given the family history of LFS, the use of either radiotherapy or alkylating chemotherapy was considered to carry an unacceptable risk of secondary t u m o r f o r m a t i o n .
2 T h e p a t i e n t u n d e r w e n t skin-sparing orbital exenteration with multiple staging biopsies.
Histopathological analysis showed an extensively infiltrating sarcoma with vacuolated cells and lipoblasts. Analysis demonstrated cells with 3 to 5 paired CHOP and FUS signals, but no cells with a split signal were seen. The multiple signals support the presence of an abnormal clone, but the lack of a split signal is evidence against a translocation of CHOP or FUS, which would typically be seen in this type of tumor. The morphological appearance was interpreted as a diagnosis of myxoid liposarcoma.
Healing of the exenteration socket was uncomplicated. The patient is recurrence free at 18 months after surgery.
Comment. Liposarcomas compose 20% of all softtissue sarcomas, typically occurring at a subfascial location in the extremities or retroperitoneum of young adults.
3 Initially, LFS was identified through an excess of unrelated malignant neoplasms in close relatives of patients with rhabdomyosarcoma.
3 It is an autosomal dominant syndrome that predisposes to various cancers; 50% to 70% of families with LFS have a p53 gene abnormality, leading to an unstable genome, acquisition of mutations, and the subsequent promotion of malignant transformation.
3 Three criteria are required to establish a diagnosis of LFS: (1) a first-degree relative with any cancer before age 45 years; (2) a first-or second-degree relative with any cancer before age 45 years or sarcoma at any age; and (3) a proband with sarcoma diagnosed before age 45 years.
Liposarcomas may be divided histologically into well-differentiated, dedifferentiated, pleomorphic, or myxoid/round-cell subtypes. 4 The diagnosis is dependent on the presence of lipoblasts. Myxoid liposarcomas have a specific reciprocal translocation between chromosomes 12 and 16, which results in fusion of CHOP and FUS/TLS. 4 The prognosis for liposarcoma is poor, with 2 previous reports describing locally destructive recurrence and eventual death.
5 Studies looking at the TLS-CHOP fusion transcription structure and p53 status have shown that this type of structure does not have a significant bearing on the outcome of patients with liposarcoma; the presence of tumor necrosis and p53 overexpression are, however, predictive of an unfavorable outcome in patients with this tumor.
5
Rhabdomyosarcoma is the commonest orbital malignant neoplasm associated with LFS, 3 and LFS is present in 5% to 9% of patients with this tumor 1 ; orbital myxoid/ round-cell liposarcoma does not appear to have been previously reported in this familial tumor syndrome. Our case highlights that a malignant neoplasm should be suspected in any patient with LFS and, if in a child or young adult, a history of familial cancers should be sought. The therapeutic options are also significantly limited in patients with a genetic anomaly such as LFS. Since that publication, the seventh edition of the AJCC Cancer Staging Manual 3 has been published with significant differences in the T designation. 4 In the sixth edition, tumor size was the primary determinant of T classification; in contrast, in the seventh edition, lacrimal gland carcinomas of any size are classified as T4 if periosteum or bone is involved.
In this study, we compare the prognostic value of the seventh vs sixth edition of the AJCC Cancer Staging Manual for adenoid cystic carcinoma of the lacrimal gland. , 1998 , , to November 1, 2009 , were included after appropriate institutional review board approval.
Methods.
Medical records were reviewed for patient demographic characteristics, treatment details, and clinical features. Each tumor was staged according to the tumor classifications for lacrimal gland carcinoma in both the sixth and seventh editions of the AJCC Cancer Staging Manual. The main outcome measures were local-regional recurrence, distant metastasis, and overall survival and their relationship with tumor classification. Statistical analysis was performed using a 2-sided Fisher exact test.
Results. Patient demographic characteristics, histologic subtype, and TNM designations according to the sixth and seventh editions of the AJCC Cancer Staging Manual are shown in Table 1 .
Seventeen of the 18 patients underwent orbital exenteration (16 with bone removal); 1 patient had globesparing surgery with removal of the bony walls. All 18 patients received postoperative adjuvant radiation therapy (median dose, 56.6 Gy; to convert to rad, multiply by 100).
The median follow-up time was 49 months (range, 11-161 months). At last follow-up, 10 of the 18 patients (55.6%) were alive with no evidence of disease and 8 (44.4%) had died of their disease.
Application of the seventh edition criteria resulted in a change in TNM designation for 13 of the 18 patients (72.2%) in this series ( Table 2) . In all cases the upstaging was due to involvement of periosteum or cortical bone. Whereas only 1 of 18 patients (5.6%) had T4 disease according to the sixth edition, 14 of 18 patients (77.8%) had T4 disease according to the seventh edition. 
